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CLOVES CMHAPOM: KJ1IHI4YHI NPOABU TA OCOBJIMBOCTI XIPYPTIHYHOIO J1IKYBAHHA

©I. M. beHzap
HauioHaneHul meduqHul yHisepcumem imeHi O. O. boeomonbys, M. Kuis

PE3KOME. MeTa pocnifg>XeHH — BCTaHOBUTKM 4acToTy CLOVES cMHapoMmy cepep MaUieHTIB 3 NiMPaTUYHMMKU
ManbdopMaLiaMK, BU3HAYMUTN 0COBAMBOCTI MOro KNiHIYHOTO nepebiry Ta OLiHUTY pe3yNibTaTu NiKyBaHHSA.

Marepian i meTtopu. Cepen 126 nauieHTiB 3 NiMbaTMYHMMKN ManbdopMaLiamK, aKi nepebyBann Ha NiKyBaHHI
npoTarom nepioay Big rpyaHa 2010 go 6epesHa 2017 poky Ha KAiHiYHIN 6a3i kadeapw aMTavoi xipyprii HauioHanbHoro
MeanyHoro yHiBepcuTeTy imeHi O. O. bBoromonbusa HAC/ «OXMATANT» CLOVES cMHApOM AiarHOCTOBaHO y 7 AiTew, Lo
CKNaaae 5,56 %. MNauieHTiB XiHOYOT cTaTi 6yn0 5, 40/10BiHOT — 2.

Pe3ynbTtaTu. [liarHo3 CLOVES cMHApoMy By10 BCTAHOBJIEHO HA OCHOBI NOEAHAHHA XapakTepPHMX 03HAK, 30KPeMa,
NOCTINHUMW CUMNTOMaMM B YCix AiTein 6yv HagMipHi XXMPOBi PO3POCTaHHA B AiNAHLi TyNy6a, cyamHHI Manbdopmalii 3
NoBiJIbHUM KPOBOTOKOM, NiMdaTuyHi (n=6, 85,71 %), kaninapHi (n=5, 71,43 %) Ta BeHO3Hi (n=4, 57,14 %); ypaxXeHHA
OMOpPHO-PYX0BOro anaparty: ckonio3 (n=7, 100 %), «caHAanbHWUA npomixok» (n=3, 42,86 %), MakpoaakTuaia (n=3,
42,86 %), cnHpakTunia (n=3, 42,86 %), aensronoaibHa ¢opma ctynHi (n=1, 14,29 %). MNpy HAPOAXKEHHI BUABAAIN OKPEMI
KJiHIYHI 03HAKM CMHAPOMY, NPOABU AKNX 3 BIKOM MPOrpecyBanu, AiarHOCTYBaIM HOBI Baan po3BuTKy. Y 7 aiten 3 CLOVES
CMHAPOMOM BMKOHAHO BifZ 1 40 6 onepauiH1X BTpydYaHb. MeToto onepaLin 6yno BUAaNeHHA CYANHHUX MaibdOpPMaLLin i
>XMPOBMX PO3pOCTaHb. OnepauliliHi BTpy4aHHA MaloTb CBOI 0COBMBOCTI: iHTpaonepaLiinHa aHTUKOAry/sHTHA Tepania
(renapuH 50 U/Kr/roaunHy), BUAINEHHA | MoeTanHa nepeB’'A3Ka 3MiHEHMX BEHO3HMX CyAuH, 06pobKa pe3nayanbHuUx
BOTHMLL aproHOBOLO Koarynsuieto. Cknepo3yBasibHa Tepania NpoBeAeHa y TPbOX NALEHTIB 3 BUKOPUCTAHHAM MpenapaTty
OK-432. KoHcepBaTMBHE JliKyBaHHA CKOi03y 3 BMKOPWUCTAHHAM KopceTiB LLIeHO BMKOPMCTAHO Yy TPbOX MALLiEHTIB.

OnepauinHa KopeKLis NapLiasibHOro riraHTM3My NasbLiB CTYMNHI NpoBeAeHa B OAHIEI NALLIEHTKM BikOM 11 poOKiB.
KJ1FO4YOBI CJIOBA: CLOVES cMHAapoM; KoM6iHOBaHI niMdaTryHi MasnbdopmaLil; Aitu.

Bctyn. Komb6iHOBaHi cyanHi aHoManii cTaHOBNATL
3HaYHi TPYAHOLLI Y AiarHOCTUL i NiKyBaHHI, OCKi/IbKM
MatoTb Pi3HOMAHITHI KJTiHIYHI NpOABK, TEHAEHLUIO A0
NporpecyBaHHs BNPOAOBX XUTTA, YPaXkatoTb BENKI
AHATOMIYHI OiNAHKKW Ta Pi3Hi OpraHn i cMcteMmn opra-
Hi3My. CLOVE cMHOpPOM € OAHWMM i3 OCTaHHIX onuca-
HUX KOMBiHOBaHNX GOPM CYAMHHUX aHOMAJIN, Briep-
e noro onucanmy 2007 poui Sapp J. C. et al. [1] Ta
nisHiwe, y 2010 poui, Fernandez-Pineda I. et al. [2]
onncann MoXXJIMBOCTI NOro NpeHaTaIbHOI AiarHOCTH-
KW. PaHille y UMX MauieHTIiB BCTAHOBJIIOBAIN AiarHO3
cnHapomy MNpotea abo Kninnena-TpeHoHe [3], ni3Hi-
LLe yci ui cuHapomm byno 06’ eaHaHo B rpyny CMHAPO-
MiB 3 «HaJMipHMM pOCTOMY», AKi BM3HayeHo Tatton-
Brown et al. [4] Ak «ToTanbHWI1 360 NOKa/IbHWUIA HAAN-
LLIOK POCTY B MOPIBHSAAHHI 3 €KBiBa/IEHTHOK YaCTUHOO
Tina abo 3 rpynoto oci6 BignosigHOro Biky». ABTOpH,
LLLO Brieplle onncasaun NnoegHaHHA HagMipHOro pocTy
TKaHWH i CcyauHHNX Manbdopmalini [1], 3anponoHyBsa-
nn  abpesiatypy CLOVE: Congenital Lipomatous
Overgrowth (BpoAaXXeHWn HaAMIpHUIA PiCT XMPOBOI
TKaHunHM), Vascular Malformations (cyavHHi Masb-
dopmaLii), Epidermal Nevi (enigepmanbHi HeBycK) Ta
OMUCYIOTb KNiHIYHI NPOSIBM CUHAPOMY Y 7 MALEHTIB. Y
Takux AiTen BUABMAIOTb Pi3HOMAaHITHI Bagu ONOpPHO-
PYXOBOrO anapaTy, TOMy He BMMaAKoBO B Ha3Bi He3a-
6apoM 3'aBunaca nitepa S (CLOVES), AKy TpakTytoTb

Ak skeletal deformities/scoliosis — nedopmaliii ckene-
Ta/ckonios [5].

KniHiYyHi nposiBM CMHAPOMY € HaA3BMYAMHO Bapia-
6e/bHNMK, TAXKICTb MOro KOJIMBAETbCA Bifg, cepepn-
HbOI A0 TAXKOI. Be3bonicHi nyxnnMHonomibHi yTBo-
PeHHA M'AKOT KOHCUCTEHLT BUABNAIOTb Y NiALWKipHIN
KNITKOBUHI CNWHKW, NaHKiB, NepeaHboi 4YepeBHOI
CTIHKKW, aKCUAAPHOI AiNAHKK, cigHunub. LUKipa Hapg
HUMM 3a3BMYal ypaXkeHa KaninapHUMM Manbdopma-
LisiMU1, TaK 3BaHMMU «BUHHUMM NAgMamMm». Ons nai-
€HTiB 3 CLOVES CMHOPOMOM XapaKTepHi CyAMHHI
ManbdpopMalii 3 NOBiIJIbHUM KPOBOTOKOM, BEHO3HI i
nimdaTtuyHi. ®nebekTasii, AKi po3TalloBaHi B rpyaHii
CTiHUi, BEPXHIX | HMXKHIX KiHLiBKax, CNpUAOTb TPOM-
60yTBOPEHHIO. HaiyacTille BeHO3Hi Manbdopmali
3yCTPIYalOTbCS B CUCTEMI HemMapHOI-HaniBHENApHOI
BEeHW, TaKi NaLEHTN MAlOTb BUCOKMI PU3NK TpoMbO-
eMbonii nereHeBoi apTepii [6]. JliMbaTn4Hi Manbdop-
MaLil € HETUMOBMMM, YaCTO BUABNAKOTLCA BCEPEANHI
XKMPOBUX NMYXJIMH, Y YEPEBHIM | FPYAHIN MOPOXKHUHAX.
XnpoBi po3pocTaHHA 3a3BKnYal obpe Backynsapmso-
BaHi, TOMYy MOXYTb LUBMAKO peuMavByBaTh nicns Xi-
pypriyHoro BuaaneHHsa [7]. Piawe y nauieHTiB ajiar
HOCTYIOTb Masibdopmallii 3i LWBUAKMM KPOBOTOKOM —
napaBeptebpa’ibHi apTepioBeHO3Hi MasibdpopMalliil.

Kpim TOro, y naui€HTIB 3ycTpivyatoTbCa Baam pos-
BUTKY, Ha3BW AKMX He BKJIOUYEHO A0 abpesiaTypu. He
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BCi NaLiEHTN MaOTb MOBHMMN KOMIMJIEKC NEepeivYeHnx
O3HaK, YacTiwe ue KoMbiHauia NeBHUX CUMMTOMIB,
OesKi 3 HUX € NPMXOBAHUMW. TOMY TaKUM MaLiEHTaM
HeobxigHe o6cTeXXeHHA BY3bKMX CrewiasicTiB 3 npu-
3HAYEHHAM KOMIMJIEKCY AO0AATKOBMX iIHCTPYMEHTa b-
HUX MeToAiB AoCiaXeHHA [8].

BNKOPMCTOBYHOUM CyYaCHi TEXHOIOTII 415 WBKA-
KOro BuAisieHHs i aHanisy JAHK 3 kniHiYHMX | naToso-
rOQHATOMIYHMX 3Pa3kKiB, My/IbTUANCUNTNIIIHAPHA KO-
MaHza cnevuiasnicTtisa BOCTOHCbKOro ANTAYOro WnmTa-
J110, 4,0 AKOT BXOAMAN TeHEeTUKK, MaTOJ1I0Tn i Xipypru,
ineHTndikyBana reHeTnyHy ocHoBy CLOVES cnHapo-
My. BueHi BcTaHOBWAM, WO Big 6 Ao 60 BiaACOTKIB KJli-
TUH Y KOXXHOMY 3pa3ky YPa>keHOI TKAaHWMHU MICTATb
MyTaLito reHa, Ha3BaHoro PIK3CA, AKnn € KJwo4o-
BOIO YaCTMHOK MOJIEKYNAPHOI perynauii noginy i
poCTy KNiTUH [9]. Y pe3ynbTaTi MyTaLjii Bigbysanoca
NPUCKOPEHHSA POCTY TKAHNHM 32 BiACYTHOCTI 30BHiLL-
HiX CUrHasiB pery/itoBaHHA pocTy. MyTauii He BUAB-
JIeHi B HEYPAXKEHNX TKAHWHAX.

Omxe, CLOVES cMHOpOM € pe3ynbTaToM CcoMa-
TUYHOI MO3ai4HOI MyTaUii — MyTauii, AKa BMHNKAE
Jivwe B NeBHiN YaCTWHI KNITUH, @ He B KNITUHAX pi3-
HWUX TKaHWH opraHiamy [10]. Takunit xapakTep MyTauii
BM3HAYa€E Nporpecyroynin nepebir 3aXBOPIOBAHHS Ta
BMCOKMIM PU3NK 3/10AKICHUX HOBOYTBOPEHDb, cepen
AKMX HaMyvacTile onuncyoTb Hedppobnactomy [11].

Y [gaHWKM 4Yac paguvKkasbHUIA cnocib nikyBaHHA
CMHOPOMY HEBIAOMMN. XipypriyHe BTPYYaHHA MAE Ha
MeTi noserwmnTy nepebir 3aXBopoBaHHA Ta 3anobirtu
MOro nporpecyBaHHto. [naHyo4m onepaTneHe BTPY-
YaHHA Clig nam’'ATaTh, WO aHOMasibHi po3LMpPeEHi
BeHun y nauieHTis CLOVES € nepefymMoBOIO BUCOKOIO
pU3NKYy TPomM60eMOONIYHNX YCKNaAHEHb, B TOMY
yncai n Tpomboembonii rinok nereHeBoi apTepii [6].

Micns BM3HaYeHHA XapakTepy ypaXkeHb Heob-
XiQHO CKNACTU NNaH XipypriYHMX BTPYyYaHb, OCKiNIbKN
6yayTb HeobxigHi umcneHHi onepauii. MpoTarom
poCTy ANTUHM gedopMalii Ta HaAMIpHUIA picT Mo-
XYTb NOripLlyBaTUCS, Wo noTpebyBaTvme NoBTOP-
HMX onepauin.

MeTa pocnip>keHHA — BCTAaHOBMTW YacToTy
CLOVES cMHapoMy cepef NaUieHTIB 3 NiMbaTUYHUMN
ManbdopMaLisiMpn, BUSHAYMTN 0COBNMBOCTI MOro KJli-
HiYHOro nepebiry Ta OUiHUTK pe3yNbTaTh JTiKyBaHHS.

MarTepian i MeTogu pocnipxeHHa. Cepen 126
nauieHTiB 3 1iMPpaTMYHNMM ManibdopmMalifamu, AKi ne-
pebyBann Ha nikyBaHHi BNpOAOBX nepioay BiA rpya-
Hs 2010 go 6epe3Hs 2017 poKy Ha KJiHiYHIN 6a3i Ka-
denpu antadoi xipyprii HauioHanbHOro MeaMyHoro
yHiBepcuTeTy imeHi O. O. boromosnbusa HauioHanbHoI
cneuianizoBaHoi AnMTAYol NikapHi «OXMATONT» CLOVES
CMAPOM [jiarHOCTOBAHO Y 7 AiTen, Wo ck1aaae 5,56 %.
MauieHTiB XiHoYoi cTaTi 6yno 5, Yyonosivoi — 2. OnA
BCTAHOBJIEHHS AiarHo3y ycCiM MauieHTam NpoBoann
3arasibHOKJIiHiYHEe 06CTeXeHHs 3 POTOAOKYMEHTY-

BaHHAM LUKIPHUX YpaXK€Hb, BUMIiPOBAHHAM Ta OLiH-
KO acuMMeTpii NMeBHUX AiNAHOK Tina, Aedopmadin
cKeneTa. YNbTPa3BYKOBUI CKPUHIHI MpOBOAWMAN He
pigLue HiXk 0ANH pa3y 6 MicALiB, BU3Ha4Ya M AMHAMIKY
3MiHM PO3MIpIB CyAMHHUX MasibdOpMaLii, a Takox
NpOBOAWAN YNbTPA3BYKOBE AOCAIAKEHHA BHYTPILU-
HiX opraHiB. MPT BMKOHYBaan B pexumi T1 gns su-
3HAYEHHSI 3arasibHUX MEX YPaXXeHHS Ta B pexXunmi T2,
FetSet ans ouiHkmM horo cTpykTypu. OrnsaoBy peHT-
reHorpadito npoBoAnNM y nauieHTiB 3 gedopmMalin-
MW CKeJieTa, AOMOBHIOBaAN Ti KOMMN' IOTEPHOK TOMO-
rpadieto. Ana ycix nauieHTiB 060B’'A3KoBUM 6yno
BCTAHOBJIEHHSI HAABHOCTI KOAryasiLinHMX nopyLleHb.
MNMpoBoaunu nabopaTopHe gocnigxeHHs nepudepin-
HOT KpoBI, 3a6ip pobu/M 3 BEHU, KA 3HAXOAMTHLCS N03a
OiNAHKOO ypaXkeHHsA. BusHavann KinbKictb Tpomb0-
umTiB (pedpepeHTHe 3HayeHHA 150-400 x 10°/pL, KOH-
BepToBaHe Ao 10°), piBeHb $pibpuHOreHy (pedepeHT-
Hi 3HayeHHsa 2—4 r/n), D-anmepiB y NnasMi Kposi (pe-
¢depeHTHe 3HayeHHs <0,5 pL/mn).

O6'eM [0AATKOBMX 06CTEXEHb BM3HAYaNM iH-
OMBiAYanbHO, BPaXxOBYHOUYM XapaKTep YPaXkKeHHS,
06'€M 3ansaHOBAHOro JIiKyBaHHA, OYiKyBaHUI pu-
3MK MaHinynauin.

Pe3ynbTaTy 1 06roBopeHHA. YCi nauieHTn no-
CTYNWAN B KJiHIKY 3 MOMWIKOBMM [iarHO30M, 30Kpe-
Ma 3 cnHapomMoMm Kninnens-TpeHoHe (n=3), CMHApPO-
MoMm [poTea (nN=2), reMaHriomow rpyaHOI CTiHKK
(n=2). BpaxoBytoun MJoLly YpPaXKeHHA Ta KiNbKiCTb
YPa>KEHMX OPraHiB i CUCTEM OPraHi3my, NOpPYLUEHHSA
dyHKUIT, TAXKN Nepebir giarHocToBaHo y 3 aiTen, ce-
pPeaHbOTAXKMN —y 2. MOCTIMHNMN CUMATOMAMM B YCiX
fiten 6ynn HaaMipHi XMpPOBI pOo3pOCTaHHA B AiNAHLUI
Tyny6a, cyamHHI ManbdopMallii 3 NoBifIbHMM KPOBO-
TOKOM, 30KpeMma, JlimdaTndHi Manbdopmalii (n=6,
85,71 %), KaninapHi manbdopmMalii (n=5,71,43 %), Be-
HO3Hi Manbdopmalii (n=4, 57,14 %). B ycix naujieHTis
BMABJIEHO YPaXKeHHSA ONMOPHO-PYXOBOroO anapaTy: CKo-
nios (n=7, 100 %), «caHOaNbHUIA MPOMIXKOK» (n=3,
42,86 %), makpogakTunia (n=3, 42,86 %), CMHOAKTH-
nia (n=3, 42,86 %), TpUKyTHa gensrononibHa dopma
ctynHi (n=1, 14,29 %).

3axBOPOBAHHA NPOABJIANOCA 3 HAPOAKEHHS He
MOBHMM CMMMTOMOKOMIMJIEKCOM, @ MEBHUMM KJTiHIY-
HUMM O3HAKAMMW: KaniNApHi «kHeByCK» B AiNAHUI Tyny-
6a (n=5), gedopmaLdii ctynHi (n=5), nyxanHononibHi
YTBOPEHHSA B AiNAHLi Ty/ly6a (N=6). 3aXBOPIOBAHHS B
YCiX MauieHTiB Mano nporpecytounin nepebir, HasiBHI
Npwv HapoAXXeHHi CUMNTOMM NPOrpecyBasn, Npu no-
AanbluomMy obcTexeHHi 6ysio BUABAEHO iHWI Baan
PO3BUTKY.

3ananeHHA KicTo3HMX NiMbaTUYHMX Manbdop-
MaLi Ta cencuc yckaaaHwoBanan nepebir 3axsopto-
BaHHSA Yy TPbOX MALEHTIB. Y ABOX BMMNaAKaX JiKyBaH-
Hs 6y/10 KOHCepPBAaTMBHMM, NPOBOAUIM AHTMOAKTeE-
pianibHy Tepanito Ta MyHKLit, acnipauito BMICTy
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3aMnaneHnx KicT. Y ofHi€l nayieHTKM BiKOM 9 pokiB
npoBefeHe onepauifiHe BTPYYaHHA B YPreHTHOMY
nopaaKy B 06’ eMi BUAANEHHSA YaCTUHM NiMbaTUYHOT
MasibdopMallii, OCKibKM KOHCEPBATMBHE JliKyBaHHS
6ys10 HeedbeKTMBHMM. Y 4 NALEHTIB BUABNEHA LLKIip-
Ha dopMa NiMmdaTMUYHKX ManbdopMalii, Tak 3BaHa
«lymphangioma circumscriptum», npeacTaBsieHa
npoconoAibHMMK nanynamu, BUNOBHEHNMM Xiflb0O3-
HOM PigMHOLO, WO NepiogMYHO CynpOBOAKYBAIMCA
nimdopeeto. Y Tpbox AiTen AiarHoCToBaHO Koaryno-
naTito Ha OCHOBI MiABMLLEHHS piBHA D-gumepis B
Mexax 3,5- 6,5 uyL/mn.

Y 7 piten 3 CLOVES cnHAPOMOM BMKOHAHO Big, 1
00 6 onepaLinHMX BTPyYaHb, CepeaHS KiJbKiCTb one-
paLin Ha ogHYy AMTUHY cknapgana 3,0+1,78. MeToto
onepauin 6yno BMAaNeHHA CYANHHUX ManbdopMa-
Lin i )XMpOBMX po3pocTaHb. OnepauinHi BTpy4yaHHA
Manu cBoi ocobamneocTi. Ana Kopekuii koarynauin-
HUX NOPYLUEHb BUKOPMCTAHO HN3bKOMOIEKYJISPHUN
rernapvH BignoBiAHO 0O NPUNHATOrO Mi>KHapoOAHOro
KOHCeHcycy 3 JlikyBaHHA BM 2015 poky [12] y ao6o-
Bil1 403i 100 U/Kr macu Tina Tpusanictio 7-14 aHis oo
NpoBeAEHHSA OMEpPaLiMHOro BTPYYaHHA Ta NPOTArom
5-10 gHiB nicna nikyBaHHSA. 1A 3anobiraHHA Tpom-
60eMb0NINHMM YCKNAAHEHHAM 40AATKOBO MPOBO-
OVNN iHTpaonepauinHy aHTUKOArysIaHTHY Tepanito
(remapwH 50 U/kr/rogunny). Ona 3anobiraHHaA nicna-
onepauinHin nimdbopei AiNAHKN 3MIHEHMX TKAHWH
0bpobnanm aproHoBoto Koarynsuieto, ana 3anobi-
raHHS KPOBOTEYi Ta BUHMKHEHHIO pPeLManBiB NpOBO-
OVNN BUAINEHHA | NoeTanHy nepes’A3KY 3MiHEHMX
BEHO3HMX cyauH. Cknepo3yBasibHa Tepanis npose-
JEeHa y TPbOX NALEHTIB 3 BUKOPMCTAHHAM Mpenapa-
Ty OK-432. MeToto cKJiepo3yBaHHA 6yn0 3MeHLeH-
HA po3MipiB JIM 3a paxyHOK obniTepauil KicT, AKi
pO3TallOBaHi B aHAaTOMIYHO CKIQAHMX OiNISIHKAX Ta 3
NOTEHUIMHO BMCOKMM PU3MKOM MicasonepauinHmnx
YyCKJ1IaAHEHb, 30KpeMa Lie akcunapHa AinsHka (n=2)
Ta AiN1IAHKA MOJIOYHOI 3a/103M Y MaLIEHTKM XiHOYOI
ctaTi (n=1). KoHcepBaTUBHEe JlikyBaHHA CKOJiO3y 3
BMKOPMWCTAHHAM KopceTiB LLleHO BWMKOPMCTaAHO Yy
TPbOX MauieHTIB. OnepauiiHa KopekLUia napuiasibHO-
ro riraHTM3My NasbliB CTYMHi NpoBeAeHa B OJHI€El
nauieHTKn Bikom 11 pokiB.

CLOVES CMHAPOM € TSXKKUM PifKiICHUM 3aXBOPHO-
BaHHAM, AKE CYNpPOBOAXYETbCA Hebe3neyHnmMm ana
XUTTS YCKNAAHEHHAMM Ta MporpecytounM nepebi-
rom. KniHiYHi nposiBM 3axBOptoBaHHA y b6inbLIOCTi Na-
LiEHTIB HasAABHi 3 HAPOO KEHHS, iIHKOIM BOHM NMPOSABJIA-
FOTbCA BNPOAOBX NepLnX Micauis abo pokiB XUTTA.
MpeHaTanbHi 03Hakn CLOVES cnHapomy bynm onunca-
Hiy 2010 poui [2]. IMOBIpHUMM KNiIHIYHMMM O3HAKAMM
CLOVES cvHapoMy y nioga aBTOpY BBaXakOTb MHO-
>KMHHI HAaKOMMYEHHSA PiANHN Y NiAWKIPHIA KNITKOBUHI
Tyny6a 3 BHYTPILIHIMM NepeTUHKaMM, WO HaraayTb
JIM, nokanbHe pO3LMPEHHSA 334HbOI0 CEpPeAOCTIHHSA

i 3304epeBMHHOro MPOCTOPY i BMUCTYMNaoYi LUMPOKI
CTYMHI. 3 orN1A4Y Ha BiACYTHICTb TUMOBOIro CMMMATOMO-
KOMMJIEKCY Ta AMHAMIYHICTb CUMNTOMIB AiarHo3 3a-
3BMYalM BCTAHOBJIKOIOTb Y CTapLUIOMYy Bilj, Aiana3oH
KOMIMBAETbCA Big 2 A0 49 pokiB. baraTo nauieHTIB
MaJi1 NEePBMHHO BCTAHOBEHMI AiarHO3 CUMHAPOMY
MpoTen abo Kninnena-TpeHoHe [13].

OcHoBHMM cnocoboMm nikyBaHHA CLOVES cnHapo-
My € MOBTOPHI OMNepaLinHi BTPyYaHHS, CNPAMOBaHI
Ha 3anobiraHHA YCKNAAHEHHAM, NOKPALLEHHSA KOCTI
XXNTTA NauieHTIB. BpaxoByroum nporpecytounii nepe-
6ir 3axBOpOBaHHA Ta CNocib paanKanbHOro NikyBaH-
HA, BUNaAKN 0AYy>KaHHA TaKMX MaLEHTIB B J1iTepaTypi
He onuncaHi. lMicna onepauinHoOro BTpy4aHHS € BUCO-
KW pn3nk peumamsy. Lie nosicHioeTbca ocobamnsoc-
TAMW ricTonoriyHoi 6yaoBn nyxnmHonodibHMx pos-
pocTaHb. [Mpy natoMopdonoriYyHOMY AOCNIAXKEHHI
3pa3kiB BUABNAKOTb APiOHOKICTO3HI NiMpATHUYHI Maslb-
dopmauii, BeHo3Hi ManbdopMmauii abo apTepioBe-
HO3Hi icTynn, WO 3a3BMYal CYNpPOBOAXYHOTbCA
H3aAMiIPHMM POCTOM aAMMOUMUTIB, NiABULLEHMUM BMIC-
TOM KoJlareHy. TMMNOBMM TaKOX Ha3MBalOTb MPOXO-
OXKEeHHSA ApibHMX aHOMaNbHUX BEHO3HWX KaHasiB
Yyepes XUPOoBY KNITKOBUHY [14].

MpunxoBaHMM Ta Hebe3neyHWM YCKNALHEHHAM
CLOVES cMHOpPOMY € JIOKaJIbHA BHYTPILHBbOCYAMHHA
KOarysionaTisi 3 MOTEHUIMHUM PU3NKOM PO3BUTKY
[B3-cmHapomy. B oCHOBI KoarynonaTii 1eXnTb pos-
LUMPEHHA NATOIOMYHO 3MiHEHWX BeH. Lle yckaaHeH-
HS1 OMMCYHOTb aMePUKAHCbKi aBTOPW, 33 AaHUMU AKNX
y 11 3 12 nauieHTiB 3 CLOVES CMHAPOMOM JiarHoc-
TOBaHa eKTasisi rPYAHMX i LeHTPasbHMX BEH. Y 4BOX
niten Ha GOHI PO3LIMPEHHA MiAKNHUYNYHUX BEH
BMHUMKJIO iHTPpaonepauinHe YyCKNaAHEHHS — CUMMTOM-
Ha TpoMboeMbonia nereHeBoi apTepii [6]. Y AiBUMHKM
16 pOKiB iHTPAOMNepPaLiMHO NP 3MiHi NOJIOXKEHHSA TiNla
nif, Yac BUAAJIEHHA XMPOBMX Mac BEIMKUX PO3MIpIB B
OiNAHUI CNWHM panToBoO 3'ABMBCA LiaHO3, [iarHoCTo-
BaHa MacMBHA ABob6iYHA TpoMmboembonia nereHesoi
apTepii. [[poBeaeHa HeranHa cTepHOTOMis, TpoMbek-
TOMifl Ta BCTaHOBJIEHHA KaBa-oinbTpa. MNepebir nicns-
onepawiHoro nepiofly yck1agHMBCA 3Ha4YHUM HEBPO-
NoriyHMm pediuntom, iHbeKLUieo Ta nosiopraHHO
HeOCTaTHICTHO, LLLO CTasI0 MPUYNHOO N1€TASIBHOMO Ha-
CNigky. €AMHUM cnocoboM JlikyBaHHA JIOKaJIbHOIo
BHYTPILUHbOCYAMHHOIO 3ropTaHHA Ta NPOINaKTUKM
Moro peanisauji B CWHAPOM ANCEMIHOBAHOIO BHYT-
PiLUHbOCYAMHHOIO 3rOpPTaHHA € MPU3HAYeHHsI MpA-
MUX aHTUKOArynsiHTIB. BUHUKHEHHSI TakuX yckiag-
HeHb MOACHIOETLCA TUM, LLIO PaHille Koaryaonarito He
nos’asyesann 3 CLOVES cuMHOAPOMOM, BBa)awoun ii
NposBM BWK/OYHO OCOBMMBICTIO BEHO3HWUX Maslb-
dopmauin.

KombiHoBaHi niMmdaTnyHi Manbdopmauii — ue
BifJHOCHO HeJaBHO 3aMpOMOHOBaHA KaTeropia 3a-
XBOPIOBaHb, B OCHOBI AKMX J1€XaTb BPOA KEHI TAXKI
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NiMbaTMYHI NopyLleHHA. 3pocTatoyda KifbKiCTb Hay-
KOBMX ny6nikaui CTOCOBHO piAKicHMX KOoMb6iHOBa-
HMX CM pa3oM i3 NosIBOIO HOBMX TapreTHUX MeToAiB
NiKyBaHHSA, AKi 34aTHI MoAytoBaTK WNAXK NimdaH-
rioreHesy, Aat0Tb KJiHILMCTaM HEBEJIMKWI, asne Mo-
Bi/IbHO 3POCTalOYMM CNEKTP BapiaHTIB JIiKyBaHHSA
CKNagHux GopM CyaMHHNX ManbdopmMaLin.
BucHoBkM. CLOVES CMHAPOM € PiaKiCHMM 3aXBO-
PIOBAHHAM, LLO XapaKTepWU3YyeTbCA MPOrpecyoyumm
nepebirom Ta BUCOKMM PU3MKOM yCKnaaHeHb. Cnocib
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CLOVES CMHAPOM: KJTIMHUYECKUE NPOABJIEHNA N OCOBEHHOCTU XUPYPI'M4YECKOIO
JIEMEHUA

©W. H. beHzap
HauuoHanbHbil MeduyuHckul yHusepcumem umeHu A. A. bozomosbya, 2. Kues

PE3IOME. Lienb uccnepoBaHUA — yCTaHOBUTb YactoTy CLOVES cMHApoMa y NauMeHToB C JiMdaTUYECKUMU
ManbdpopMaumamm, onpeaenTb 0CO6eHHOCTM ero KJIMHUYECKOTO TEYEHUA N OLLEHUTb Pe3ysibTaTbl JIeYEeHMS.

MaTepuan u metoabl. Cpean 126 nNauMeHToB C IMMbaATUYECKMMIN MasibdOpMaLMAMN, KOTOPble HAaXOAM/IUCb HA
NleyeHnn B nepunog c aekabpa 2010 go mapTa 2017 Ha K/IMHWYecKon 6a3e Kadeapbl AeTCKON XMpyprim HaumoHaabHOro
MeAMUMHCKOro yHuBepcnteTa nMmenn A. A. boromonsua HACE «OXMATAET» CLOVES cMHAPOM AMArHOCTUPOBAaH y 7
OeTen, YTo coCTaBNAET 5,56 %. MauneHTOB XEHCKOro nosa 6b110 5, My>cKoro — 2.

Pe3ynbTaTthbl. AnarHo3 CLOVES cnHapoma 6bia1 yCTaHOBJIEH, OCHOBbIBAACh Ha COMETAHNMN XapaKTePHbIX MPU3HAKOB,
B YaCTHOCTM, NOCTOSIHHbIMW CUMMNTOMAaMK y BCeX AieTel Bblsiv Ype3MepHbIe XXNMPOBble pa3pacTaHns B 061aCTn TYI0BULLa,
cocyancTbie MasibdopmMaumm ¢ MeasIeHHbIM KpOBOTOKOM, inMmdaTtunyeckne (n=6, 85,71 %), kanunnsapHble (n=5, 71,43 %)
1 BeHo3Hble (N=4, 57,14 %); NopaxeHMA OMOPHO-ABMraTesIbHOro annaparta: ckosmo3 (n=7, 100 %), «caHAaNbHbIN
npomMexyTtok» (n=3, 42,86 %), Makpogaktuama (n=3, 42,86 %), cmHaaktunva (n=3, 42,86 %), AenstoBnaHaa dopma
ctynHm (n=1, 14,29 %). MNpun poXXAEeHNN BbIABASIN OTAE/IbHbIE KJIMHNYECKME NPU3HAKN CUHAPOMA, MPOAB/IEHNS KOTOPbIX
C BO3pacToOM NpOrpeccMpoBasin, ANArHOCTUPOBAIN HOBble NMOPOKM pa3sutus. Y 7 getei ¢ CLOVES cmHapomoM 6bi1o
BbIMOJIHEHO OT 1 10 6 ONEepaLMOHHbIX BMeLLaTeNbCTB. Llesibio onepaumii 66110 yaasneHne CocyaAnCTbiX MasibdopmaLmi n
XXMPOBbIX pa3pacTaHuMin. OnepaunoHHble BMeLIATeNbCTBA MMEKT CBOM OCOBEHHOCTU: MHTpaonepaLMoHHas
aHTUKOArynAHTHaA Tepanua (renapuH 50 U/Kr/yac), BblAeneHve W Mo3TanHaA nepeBA3ka WM3MEHEHHbIX BEHO3HbIX
cocynoB, obpaboTka pe3unayasibHbiX 04aroB aproHoBon kKoarynsuven. CKiepo3npytolan Tepanva NpoBeAeHa y Tpex
NauMeHToB C MCNoJsib3oBaHMeM npenapata OK-432. KoHcepBaTMBHOE SleYeHUe CKOJIN03a C MCMNOJSIb30BaHNEM KOPCETOB
LLleHo npoBegeHo y Tpex nauMeHToB. OnNepaunoOHHAs KOPPEeKUMA MapuMasbHOro rMraHTM3mMa nasbleB CToMbl
npousBeeHa y 04HOM NaumMeHTKM B Bo3pacTte 11 ner.

KJTFOYEBbBIE CJIOBA: CLOVES cnHAPOM; KOMBMHMPOBaHHbIe iMMbaTnYeckme masibdopmaumn; oeTu.

CLOVES SYNDROME: CLINICAL MANIFESTATIONS AND FEATURES OF SURGICAL
TREATMENT

©l. M. Benzar
O. Bohomolets National Medical University, Kyiv

SUMMARY. The aim of the study - to determine the frequency of CLOVES syndrome among patients with lymphatic
malformations, to determine the features of its clinical course and to evaluate the results of treatment.

Material and Methods. Among 126 patients with lymphatic malformations who received inpatient treatment
during the period from December 2010 to March 2017 at the clinical base of Pediatric Surgery Department of
O. Bohomolets National Medical University National Children’s Specialized Hospital «OKHMATDYT» CLOVES syndrome
was diagnosed in 7 (5.56 %) children. Female patients were 5, male - 2.

Results. The diagnosis of CLOVES syndrome was made on the basis of a combination of clinical features, in particular,
constant symptoms in all children were lipomatous overgrows of the trunk, slow flow vascular malformations, lymphatic
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(n=6, 85.71 %), capillary (n=5, 71.43 %) and venous (n=4, 57.14 %); lesion of the musculoskeletal system: scoliosis (n=7,
100 %), «sandal gap» (n=3, 42.86 %), macrodactyly (n=3, 42.86 %), syndactyly (n=3, 42.86 %), a triangular delta shape foot
(n=1, 14.29 %). Only some clinical signs of the syndrome identify at birth, with age primary symptoms progressed, and
new congenital abnormalities diagnosed. In 7 children with CLOVES syndrome performed from 1 to 6 surgical
interventions. The purpose of the surgery was to remove vascular malformations and fatty masses. Operative technics
has its own features: intraoperative anticoagulant therapy (heparin 50 U/kg/h), selection and separate ligation of altered
venous vessels, reduction of residual masses with argon coagulation. OK-432 sclerotherapy was performed in three
patients. Conservative treatment for scoliosis with corsets Chenot used in three patients. Surgical management of
fingers partial gigantism of the foot is carried out in one patient aged 11 years.

KEY WORDS: CLOVES syndrome; combined lymphatic malformations; children.
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